Acknowledgments: I am grateful to the consultants who have allowed me to give details of their patients. A fuller account of this syndrome and relevant literature will be given elsewhere. Some illustrations can be found in the references given and others will appear in the fuller account (Mallinson et al. 1974 Dr R E Church: While bizarre widespread eruptions may occur in association with underlying neoplasm such as carcinoma of the bronchus I think the clinical appearance of the rash which we are discussing is unique. Nevertheless it may vary in its appearance from time to time and in making this diagnosis I do not think we should put too much stress on the rash alone but should also take into account other features of this syndrome such as the sore red tongue, diabetes, weight loss and anemia which Dr W A F Crane and I described in our case and which have been present in those cases which have come to light since. Dr R R Harman: In his description of this group of cases Dr Warin has not mentioned the very odd features on the ear lobes in Case 2 and also in Case 6. Dr R P Warin's patient had large perforations of the lobes due to the pressure of clip-on ear rings, and the other patient had a large part of the left ear lobe missing; the patient attributed this to pressure from a hair-net rubber band. All cases have had very thin skin tending to break down in pressure areas and these unique ear signs may indicate an important dermal thinning and fragility.
Was there no comment on the ear lobes in the other cases ?
Dr R D Sweet: Perhaps the most remarkable thing about my patient (Case 1) was the rapid disappearance of the rash after the pancreatic tumour had been removed. The patient's tongue was normal in 24 hours and her extensive eruption cleared within a week. Attempts to reproduce this eruption with a commercial glucagon preparation with patch tests and intradermal injections were unsuccessful. Dr R Summerly: As far as I am aware, the antipancreatic lipase activity of the tetracyclines has only been established in the in vitro situation. The beneficial effect, reported by some clinicians, of systemic tetracyclines on the necrolytic erythema of this syndrome may be due to such inhibition of the pancreatic lipase and should be tested in the in vivo situation. Since then diarrhoca has become progressively worse, with passage of 8 stools during day and 2 at night. No blood or mucus. Family history: His brother has thyroid trouble and his mother has diabetes. On examination: Almost total hair loss ( Fig IA) . Vitiligo of back ( Fig IB) . Sclerodermatous pigmented areas on arms and lower legs ( Fig Ic) . Extending ivory coloured wrinkled discoid areas on buttocks. Exophthalmos, gynmcomastia, normal genitalia. Radiology: Chest, hands, barium swallow and meal normal. Barium enema (Fig 2) : whole of colon uniformly narrowed with irregular ulceration of the mucosa and complete loss of haustral pattern; 'backwash ilietis' causing dilation of Special investigations: Proctoscopy showed a normal rectum but sigmoidoscopy (Dr T Warnes) revealed ulcerative colitis. Colonoscopy (Dr C Williams) showed moderately active total colitis with rectal sparing; slough-covered patches and ulcers is discending colon and transverse colon; large polyp at splenic flexure. Histopathology: Mouth (London Hospital): report suggested possibility of lichen planus, chronic lupus erythematosus or benign mucous membrane pemphigoid. Rectum: normal mucosa. Leg (Dr A Jarrett): condensation of collagen and loss of skin appendages; epidermis somewhat thinned and there is increased pigmentation of the basal layer. Buttock shows similar changes; epidermis more atrophic and almost all appendages ecxept a few sweat glands have disappeared from the dermis. Treatment: Sulphasalazine and prednisolone enemata.
Comment
The association of lichen planus with alopecia areata, vitiligo and ulcerative colitis has been recently described (Tan 1974 of wide spectrum of connective tissue disease were a feature of her illness. Examination of her colon at post-mortem showed histological features of both diseases. The colon is relatively infrequently affected in scleroderma. Meszares (1959) found involvement of the colon in only 2 out of 50 patients with systemic sclerosis examined by barium enema. In his review of these patients and 13 others the radiological abnormalities noted were wide mouthed sacculations alternating with narrowed areas and in all cases the cesophagus was also involved. It seems therefore almost certain that, despite the unusual feature of sparing of the rectum our patient has ulcerative colitis. The significance of the low B cell population is as yet uncertain.
